Mrs. E. E., aged 43, has herself broken an arm three times, on the first occasion by lying on it; the last fracture occurred when she was aged 22. She is said to have been born with an abnormally shaped head. Central nervous system normal. Heart and lungs normal. Sigma reaction negative. Serum calcium = 10 -3 mgm. per 100 c.c. Plasma phosphatase 1 -0 c.c., plasma = 0 187 units. X-ray evidence.-Bowing of ulnie in upper halves. Femora show outward bowing of the middle-thirds with thickening of the cortex on inner side of bowing and coarse vertical striation in the lower metaphyses of femora. Marked thickening of cortex of anterior surface of tibice; suggestion of tri-radiate pelvis. Epiphyses of os calcis are condensed and on the right side the epiphysis is fragmented. Condensation present at base of proximal phalanges of big toes. Skull normal.
Blood
E. E., aged 9. Son of Mrs. E. E. Has broken an arm five times and a leg twice, owing to trivial injuries; first fracture at age of 9 weeks.
Central nervous system normal except for continuous fine horizontal nystagmus of type due to lost fixation. Heart and lungs normal. Serum calcium 10 1 mgm. per 100 c.c. Plasma phosphatase 1-0 c.c. = 0-442 units; 0 5 c.c. = 0,498 units. fig. 4 .) Condensation but no fragmentation of epiphyses of os calcis. Increased density of epiphysis at base of proximal phalanges of big toes. Skull shows similar deformity to that of mother, but not so marked.
Parents of Mrs. E. E., died at ages of 60 and 68 respectively. Normal facial appearance (photographs seen). No signs or symptoms of fragilitas ossium. Mrs. E. E. had four sisters, of whom two died in infancy-of bronchitis and summer diarrhea respectively. Of the two remaining, one, Mrs. A. E., is of normal appearance and has no clinical history of fragilitas ossium. The latter Clinical Section. has three normal children; viz., daughter aged 6i; daughter aged 4; son aged 2;
PLATE VII
in none of these are there any signs of fragilitas ossium. The remaining sister, L. C., aged 32, unmarried, is also normal. The whole family of Mrs. E. E. consists of her husband and two children. The husband and husband's family are also normal. The children were shown at the meeting.
It thus appears that the case is one which has arisen de novo.
Osteitis Deformans.-PHILIP ELLMAN, M.D.
J. L., aged 56. Complains of generalized dull aching pain in all limbs but especially confined to the lower back, hips, and lower limbs. There has also been increasing stiffness of the lower back and patient is unable to hold himself in the erect position. These symptoms were first noticed twelve years ago, but for the last four years patient has noticed changes in the shape of the lower limbs, and a thickening of the skull, which has necessitated a larger size of hat. General condition has not been materially affected and remains reasonably good. He has observed that his height has diminished by 2 in. during the last few years.
Previous history.-Fracture of left forearm twenty years ago and of right forearm four years ago. No bistory of family involvement.
Condition on examination.-Patient has a distinct stoop, and carries his head forward; shoulders rounded ; marked dorsal kyphosis; lumbar curve almost obliterated. Head enlarged (circumference 25 inches); frontal and parietal bones markedly thickened and protuberant. Lower limbs (femora and tibiwn) curved, thickened and bent. Upper limbs not markedly curved. Pelvis widened. Chest expansion limited to 11 in.
Cardiovascular system: Heart not enlarged; regular rhythm, short systolic murmur at apex. Aortic second sound relatively accentuated; vessels thickened and tortuous. Blood-pressure 140/80. X-ray examination of the skeletal system (Dr. George Vilvandr6) is characteristic, and shows marked transparency of bones, which stands out in striking contrast to the increased thickness. The increase in thickness and bowing of the long bones, their hazy outline and irregular increase in density with some clear intervening areas, the accentuation of the bone lines in the longitudinal direction are well seen in the films. The skull bones show haziness, thickening, loss of outline, and replacement of the normal bone texture by a characteristic "cotton-wool " appearance. The pituitary fossa is larger than normal. The bones of the pelvis likewise show characteristic changes.
Biochemical investigations (Dr. H. E. Archer): Blood calcium 10 mgm. per 100 c.c.; blood phosphorus 3-7 mgm. per 100 c.c.; blood phosphatase 0-83 units. Wassermann reaction negative. Blood-count: No gross abnormality. It will be seen that the blood calcium and phosphorus figures are within normal limits.
The plasma phosphatase (normal average = 0-15 units) is characteristically high. The correlation between the plasma phosphatase content and intensity of the symptoms and X-ray findings, first suggested by Kay, appears to hold good.
The physical features appear to correspond very closely to Sir James Paget's original description of this disease, beginning in middle life, and showing slow progress, affecting principally the skull and lower limbs, with markedly increasing dorsal and lumbar curves.
The patient has been treated with mercury and potassium iodide, arsenic, and general light baths with no appreciable benefit.
